A 27-year-old male was referred to us as a case of unilateral glaucoma with corneal haze. Elaborate history taking revealed painless diminution in vision OS for past 18 months and presence of hearing impairment since childhood. Family history was not contributory \[[Fig. 1](#F1){ref-type="fig"}\].

![A four generation pedigree chart computed based on the elicited family history](IJO-66-1612-g001){#F1}

The best-corrected visual acuity OD was 6/6 and OS 1/60. Intraocular pressure (IOP) was OD: 12 and OS: 18 mmHg (on two topical medications) and both eyes had normal corneal sensations. Slit lamp showed OD to be apparently normal while OS demonstrated diffuse corneal haze \[[Fig. 2](#F2){ref-type="fig"}\]. There were no keratic precipitates or corneal vascularization, and further clinical evaluation was not possible due to media haze. Due to diagnostic dilemma, we re-evaluated the fellow eye to look for any clue. To our surprise, on specular reflection, the apparently normal fellow eye showed enlarged endothelial cells \[[Fig. 3](#F3){ref-type="fig"}\]. Specular microscopy of OD showed 650 cells/mm^2^ and co-efficient of variation 38. Hexagonality% could not be picked up, but the picture was suggestive of increased polymorphism \[[Fig. 3](#F3){ref-type="fig"}\]. The specular count of OS was not capturable due to corneal edema. Anterior segment OCT of both eyes showed increased pachymetry, OD: 690 μ and OS: 850 μ (corneal edema) \[[Fig. 4](#F4){ref-type="fig"}\]. Confoscan of the fellow normal eye confirmed polymegathism \[[Fig. 3](#F3){ref-type="fig"}\].

![Slit-lamp biomicroscopic photography under diffuse illumination, (a) OD which appears apparently normal. (b) OS with diffuse corneal edema](IJO-66-1612-g002){#F2}

![Images of OD, (a) slit-lamp biomicroscopic specular reflection showing enlarged polymorphic endothelial cells. (b) Confocal microscopic section of the endothelium showing the same. (c) Specular microscopy showing, cell count 650/mm2, and co-efficient of variation 38%. The frame shows spread out, enlarged, and polymorphic endothelial cells](IJO-66-1612-g003){#F3}

![Anterior segment optical coherence tomography images, (a) of the right eye with pachymetry 690μ (b) of the left eye showing diffuse stromal edema (850 μ)](IJO-66-1612-g004){#F4}

Being a bilateral endothelial disease at this young age, a diagnosis of congenital hereditary endothelial dystrophy (CHED)\[[@ref1]\] was made. Pure tone audiometry was performed which showed moderate sensorineural hearing loss, implying the diagnosis of the "Harboyan syndrome".\[[@ref2]\]

The patient was then advised to stop the topical glaucoma medications one by one under monitoring, even after which the IOP remained within normal range. The patient was started on topical hypertonic saline and registered for endothelial keratoplasty.

Conclusion {#sec1-2}
==========

A comprehensive work-up of both eyes is essential before prematurely concluding at the diagnosis, to avoid redundant patient mismanagement.
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